A family is presented with autosomal dominant progressive palmoplantar hyperkeratosis, which is invariably associated with a slowly progressive, bilateral, high frequency, sensorineural hearing loss. The family show no other ectodermal abnormality. The differential diagnosis and possible mechanisms are discussed. This family appears to represent a unique variant in the hyperkeratosis-deafness association.
The association between hearing loss and various dermatological conditions has been well described. ' The combination of sensorineural hearing loss (SNHL) and palmoplantar hyperkeratosis has also been recognised.26 However, previous reports include evidence of widespread ectodermal dysplasia (pili torti, dental anomalies, alopecia, nail dystrophy), or a variable relationship between the inheritance of skin changes and hearing loss. We present a family with characteristic, progressive palmoplantar hyperkeratosis invariably associated with a progressive, high frequency, sensorineural hearing loss, but without evidence of other ectodermal abnormality. Sharland, Bleach, Goberdhan, Patton trait. The onset of deafness in infancy and early childhood predates the onset of skin changes, after which both progress slowly with age.
Family history
Of the many differential diagnoses, the hidrotic ectodermal dysplasia of Clouston type is an autosomal dominant condition, with palmoplantar hyperkeratosis which is slowly progressive from early childhood, associated with a sensorineural hearing loss.2 However, it has been described mainly in French pedigrees, and there is universal nail dystrophy and alopecia. Keratoma hereditare mutilaris de Vohwinkol3 similarly combines a sensorineural hearing loss with palmoplantar hyperkeratosis, but the hyperkeratosis is more severe with widespread extension which causes marked digital constriction. Olmsted syndrome includes a variety of abnormalities associated with palmoplantar hyperkeratosis, but all reports to date have been sporadic and the hyperkeratosis tends to affect the perianal region.4 Bititci5 reported a similar three generation pedigree with combined sensorineural deafness and palmoplantar hyperkeratosis. The deafness had a similar age of onset to the family in this report, but progressed more quickly leading to speech impairment. The hyperkeratosis in the report of Bititci5 also appears to be milder and more patchy than the progressive diffuse hyperkeratosis reported here. The most significant difference between the two reports is the female predominance in the family reported by Bititci5 (two males to 11 females) compared to the equal sex incidence occurring in the family presented. Male to male transmission confirming autosomal dominant inheritance for this association is reported here for the first time. Hatamochi et al6 described a family with almost identical skin changes, but the hyperkeratosis developed as late as 16 years of age and could be inherited independently of the associated deafness. In conclusion, we propose that this family presents a new syndrome of autosomal dominant palmoplantar hyperkeratosis combined with a slowly progressive, high frequency, cochlear hearing loss. The deafness precedes the skin changes, but the two abnormalities never appear as isolated defects. This appears to be a purely ectodermal syndrome, and we suggest that the combination of abnormalities could be explained by a primary disorder of keratin.
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